PROFILES OF STEROID EXCRETION I N THE NEONATAL PERIOD
S t e r o i d e x c r e t i o n of i n f a n t s with and without adrenal d i s e a s e has been determined d u r i n g t h e f i r s t weeks of l i f e . S t e r o j d conjugates were hydrolysed b e f o r e conversion t o thermostable d e r i v a t i v e s f o r g a s chromatographic (GC) a n a l y s i s and combined GC-mass spectrometry. During t h e f i r s t days of l i f e , s t e r o i d s u l p h a t e s derived from t h e f e t a l a d r e n a l zone predominate i n a l l i n f a n t s . These s t e r o i d s were s e p a r a t e d from t h e products of t h e d e f i n i t i v e a d r e n a l c o r t e x which a r e e x c r e t e d a s f r e e s t e r o i d s and conjugates with g l u c u r o n i c a c i d . C o r t i s o l i n t h e normal newborn i s e x c r e t e d a s 1B and 6 hydroxylated m e t a b o l i t e s . From s t u d i e s of i n f a n t s with a d r e n a l h y p e r p l a s i a c o r t i s o l b i o s y n t h e t i c p r e c u r s o r s a r e rnetabolised d i f f e r e n t l y i n t h e neonatal p e r i o d compared with t h e i r subsequent f a t e . Hence 17-hydroxyprogesterone i s s u b j e c t t o a c t i v e 15B-hydroxylation while 11-deoxycortisol is 6 -hydroxylated. These hydroxylation r e a c t i o n s a r e of minor importance a f t e r t h e f l r s t weeks of l i f e . I n premature i n f a n t s t h e d a i l y e x c r e t i o n r a t e s of 5-ene s t e r o i d s showed low amplitude o s c i l l a t o r y p a t t e r n s with frequency l i k e t h e p a t t e r n of maternal oestrogen e x c r e t i o n i n t h e l a s t t r i m e s t e r . No such p a t t e r n was observed from t h e e x c r e t i o n of c o r t i s o l m e t a b o l i t e s . Thus, s t e r o i d r e a c t i o n s of t h e f e t u s a r e r e t a i n e d v a r i a b l y i n neonatal l i f e and t h e f a t e of s t e r o l d s must be considered when e v a l u a t i n g t h e f u n c t l o n and r o l e of t h e a d r e n a l a t t h i s tlme of l i f e . 258 2 1 1 4 72 2 42 I n t h e a b s e n c e of c l i n i c a l s i g n s , m o r n i n g p l a s m a c o r t i s o l was 6 , 9 + 1 , 8 '~g / d l (N=9,9 2 2,9*) , u n r e s p o n s i v e t o s y n a ct h e n i n t h e 2 p a t i e n t s t e s t e d , a signs a n d u n c e r t a i n i d e n t i f i c a t i o n o f NALD b e f o r e t h e i r e a r l y d e a t h . Thus XALD a n d ALD, two d i f f e r e n t d i s e a s e s i n t e r m s o f i n h e r i t a n c e , n e u r o l o g i c a l syndrome a n d VLCFA F r of i l e s n e v e r t h e l e s s s h a r e t h e e l e v a t i o n o f p l a s m a c 2 6 f a t t y a c i d s a n d a d r e n a l d y s f u n c t i o n . * P < 0 9 0 5 P e r e n c ? 6 t e r , L Q s z l 6 B l a t n i c z k , H a n n e l o r q 137 F r e y e r . Suda C h i l d r e n 9 s H o s p i t i l , B u d a p e s t fiunoarv D i f f e r e n t ACTE r e s p o n s e t o i . v . n e t y r e p o n a n d hC3P i n h y p o t h a l a m i c -p i t u i t a r y h y p o f u n c t i o n .
I r e v i o u s l y :ve h a v e d e m o n s t r a t e d subnormal ACTH r e s p o n s e w i t h low b a s a l .tCTB l e v e l a n d n o r m a l b a s a l c o r t i s o l l e v e l t o i.v. metyrapon i n h y p o t h a l a m i cp i t u i t a r y h y p o f u n c t i o n ( 2 l s t .bn.:.!eet.of ESPE, Hels i n k i , 1 9 8 2 ) . The p u r p o s e of ow p r e s e n t s t u d y was t o a s s e s t h e ACTH-cortisol r e s p o n s i v e n e s s t o C R F i n t h e same p a t i e n t s . Human C3F (1-41) -hC3F ( B i s s e nd o r f ) -xvas g i v e n i . v . i n t h e d o s e of 1 ~g / k g b v~ a t 8.00 a.m. a f t e r a n o v e r n i g h t f a s t . B a s a l l e v e l s of hCTH (pg/ml) and c o r t i s o l $ug/100 rnl) were measured b e f o r e a n d 30, 60 and 90 m l n u t e s a f t e r hCRF a p p l i c at i o n . I n 5 p a t i e n t s w i t h n.'~CTH-deficiency"(according t o t h e i . v . metyrapon t e s t ) hCXF i n d u c e d a detectable r i s e of hCTH, f o l l o v e d by a n i n c r e a s e o f c o r t i s o l s e c r e t i o n ( T a b 1 . I ) . In 2 p a t i e n t s t h e r e were n o s i gn i f i c a n t c h a n g e s of iCTH a n d c o r t i s o l l e v e l s . The CXP t e s t -s i m i l a r l y t o G:IF t e s t f o r GH r e l e e s eseems t o b e a much m o r e -e f f e c t i v e method t o s t u d y t h e 1CTH r e l e e s e , t h a n t h e n e t~r r e p o n ( o r i n s u l i n ) t e s t ( s ) . ,T K i t a awa2) , K.
Okabe and K .~o r i t a ' , Tok o Assoc. of H e a l t h S d r D e p t .
z : : a t r i c s 2 ) and ::rgery~), Nihon Univ. School of Medicine, Tokyo, Japan A mass screening program f o r neruoblastoma h a s been conducted s i n c e A p r i l 1984 i n the Tokyo m e t r o p o l i t a n a r e a by means of HPLC. Dried u r i n e s p o t s on f i l t e r paper from i n f a n t s aged 6 t o 12 months were s e n t by m a i l t o our l a b o r a t o r y . Urinary cathecholamine metabolytes were e x t r a c t e d i n e t h y l a c e t a t e u s i n g ten 5mm d i s k s c u t from the f i l t e r paper samples, and VEIA, VLA and HVA were analyzed u s i n g HPLC (Shimadzu LC-4A) on reverse-phase ODS column by f l u o r o m e t r i c d e t e c t i o n . A t t h e same time, the conc e n t r a t i o n of u r i n e c r e a t i n i n e was measured by J a f f e ' s method u s i n g two 5mm d i s k s . P o s i t i v e c o r r e l a t i o n between u r i n a r y c r e a t i n i n e and/or VMA and HVA was found, however, the peak of VLA could n o t be found i n normal i n f a n t s . S i n c e mean v a l u e s of V7. k and HVA i n 141 u r i n e samples from normal i n f a n t s were 10 and 18.3 pg/mg c r e a t i n i n e , 20 and 35 ~g / m g c r e a t i n i n e were chosen a s the c u t o f f p o i n t s of VMA and HVA, r e s p e c t i v e l y .
Samples from 12484 i n f a n t s were examined up u n t i l Dec. 1984, and 5 c a s e s were re--c a l l e d f o r re-examination. F i n a l l y 3 o u t of 5 c a s e s were dia5:-nosed a s having neuroblastoma (two c a s e s were s t a g e I and one was s t a g e 1111, and a l l cases were operated on s u c c e s s f u l l y . I n conclusion, t h e q u a l i t i t a t i v e a n a l y s i s of VMA and HVA of dried u r i n e s p o t s by HPLC i s a recomendable method of mass-screening f o r neuroblastoma i n the e a r l y s t a g e s .
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ANTIADRENAL AND ANTIPITUITARY CZLLS ANTIBODIES IN CBILDRI'N Because results of human adrenal autotransplants have been WITH PRII-iARY P-DRZNAL INSUFFICIPNCY (PAI) .
The d e t e c t i o n o f a n t i a d r e n a l , a n t i g o n a d o t r o p i c a n d c o r t i c ot r o p i c c e l l s ' a n t i b o d i e s by i n d i r e c t i m m u n o f l u o r e s c e n c e , was p e r f o r m e d i n 1 4 c h i l d r e n w i t h PA1 : 4 w i t h c o n g e n i t a l a d r e n a l h y p o p l a s i a (CAh) i n c l u d i n g 2 a d o l e s c e n t s w i t h documented LH d e f i c i e n c y , 6 w i t h autoimmune syndrome a n d 4 w i t h a d r e n o l e u c o d y s t r o p h y . High t i t e r s o f a n t i a d r e n a l a n t i b o d i e s were f o u n d i n t h e 6 p a t i e n t s w i t h autoimmune a s s o c i a t i o n s w h i l e a b s e n t i n t h e o t h e r s . A n t i c o r t i c o t r o p i c (8/14) a n d g o n a d o t r o p i c (10/14) c e l l s a n t i b o d i e s were p r e s e n t i n t h e 3 c a t e g o r i e s o f p a t i e n t s , a n d a n t i g o n a d o t r o p i c c e l l s a n t ib o d i e s were c o n s t a n t l y p r e s e n t a t h i g h t i t e r s i n c a s e s of CAh. I n c o n c l u s i o n 1 ) a n t i a d r e n a l a n t i b o d i e s a r e s p e c i f i c o f autoimmune PAI, 2 ) a n t i p i t u i t a r y immunity i s f r e a u~n t i n c h i l d r e n w i t h PA1 o f v a r i o u s c a s e s , 3) i n p a t i~n t s w i t h CAh, a r e l a t i o n s h i p between h i g h t i t e r s o f a n t i g o n a d o t r op i c c e l l s a n t i b o d i e s e n d t h e development o f a LH d e f i c j e nc y c a n h e d i s c u s s e d . variable, we evaluated adrenal autotransplantation in rats. Female Sprague-Oawley rats were assigned to three groups: (1) bilateral adrenalectomy (ADx,n=8), ( 2 ) bilateral adrenalectomy with immediate autotransplantation of one-third of a gland to a flank muscle pocket (Tx,n=6) and ( 3 ) sham operation (S,n=6). The adrenal capsule was included with the transplant. Rats were randomly housed in pairs, provided saline and all survived the study. Adrenal function was assessed a t 2, 4 and 6 weeks following surgery by measurement of corticosterone ( C ) 15 niin a f t e r ether exposure to unconsciousness. Data from one animal in the Tx group was excluded because of finding residual adrenal tissue present in the retroperitoneum a t autopsy. Weights of ADx animals were significantly below the other groups throughout the study (~4 . 0 1 ) . The mean S group weight was not different from the Tx group after 2 weeks. Greater C concentrations were found in the S group a t all study points. Mean C concentrations were not significantly different between ADx and Tx groups until 6 weeks. These observations indicate that in r a t s , one-third of an adrenal gland can be successfully autotransplanted to a muscle ~o c k e t . Graft function can be demonstrated a t 2 weeks b y comparison of body weight to AOx animals and a t 6 weeks by corn--parison of C concentrations. This model can be used for studies with cryopreserved tissue along with radionuclide and NMR assessment of graft function.
